Carcinoma of the male breast is a relatively rare disease that accounts for less than 1% of all the cases of cancer in men. Intracystic Papillary Carcinoma (IPC) is an extremely rare disease of the male breast, with a few case reports. The prognosis is excellent for the patients who are diagnosed with IPC, regardless of whether the tumour is in-situ or of an invasive type. We are reporting the case of a 50 year old man who presented with a painless cystic lump in the left breast. Ultrasonography revealed an intracystic tumour. Fine needle aspiration suggested a papillary tumour. The patient underwent simple mastectomy without a sentinel lymph node biopsy. The final pathologic examination revealed an intracystic papillary carcinoma of a low nuclear grade without an invasion.
InTRoduCTIon
The breast cancer in males is relatively uncommon, accounting for less than 1% of all the breast cancers and less than 1.5% of all the malignancies in men. The incidence of male breast cancer has remained stable over the past four decades. Intracystic papillary carcinoma of the breast is a rare entity and it is known to account for between 0.5% and 1% of all the breast cancers [1] . The clinical presentation of papillary carcinoma in males is generally a painless, firm to cystic, subareolar mass. Grossly and microscopically, it is similar to its female counterpart and it can be in situ or of an invasive type [2] . We are reporting this case of an intra cystic papillary carcinoma of the breast in a male patient, along with the review of literature.
CASe RepoRT
A 50 yr old man presented with a mass in the left breast which was there since 3 yrs. He had noticed a rapid increase in its size since the past 1 year, following a trivial trauma. The local examination revealed a subareolar cystic mass in the left breast, which measured 9x5cm and the overlying skin was uninvolved. The axillary nodes were not involved. The right breast appeared to be normal. Ultrasonography of the lesion suggested that it was an intracystic tumour. The radiological examination of the chest and the abdomen did not reveal any evidence of distant metastases. Fine needle aspiration cytology revealed a papillary carcinoma. A simple mastectomy of the left breast was done without a sentinel lymph node biopsy. The gross examination of the breast revealed that it measured 14 x 9 x 3 cms. The cut section showed a circumscribed cyst which measured 6 cms in diameter and which contained a brownish fluid. The cyst wall exhibited grey white papillary excrescences which protruded into the lumen [Table/ Fig-1 ]. There was no nipple retraction or peude orange or ulceration of the overlying skin. Microscopically, the tumour showed a papillary lesion which was composed of numerous delicate, branching, papillary fronds which were lined by epithelial cells which showed stratification. These cells exhibited moderate pleomorphism and hyper chromatic nuclei, with a high nuclear cytoplasmic ratio [ further subdivision papillary carcinomas into 2 types was made by Carter et al., [8] .
ipC has been divided into three types:
(i) pure (with / without invasion),
(ii) with an associated intraductal carcinoma, and (iii) with an associated, usual type of invasive ductal carcinoma. Recently, Hill et al., by using myoepithelial cell staining, suggested a spectrum of its progression from an in-situ disease to an invasive disease. This "gold standard" method has a relatively high sensitivity and it denotes the invasiveness of the tumour cells in malignant, papillary breast lesions [7, 9] . In men, the predominant histologic subtypes of invasive carcinoma are infiltrating ductal carcinoma, which accounts for more than 80% of all the tumours, and papillary carcinoma, which makes up about 5% of all the tumours. Lobular carcinoma is much less common in men than in women and it represents only 1% of all the cases [1] . The rarer subtypes such as the medullary, tubular, mucinous and the squamous carcinomas, have all been reported in men. IPC may show four cellular patterns: cribriform, compact columnar epithelial, stratified spindle cell and a transitional cell form which resembles the urothelium, or a combination of two or more of these patterns may be seen. The tumours with high nuclear grades, histologic grades and large surface areas are more likely to metastasize to the lymph node or to recur locally. Some studies have reported the axillary lymph node metastasis and distant metastasis of IPC to be in the range of 0% to 11% for the axillary lymph node metastasis and 0% to 4% for the distant metastasis [2] . The carcinomas of the male breast have higher rates of oestrogen and progesterone receptor positivity than are found in women, but similar percentages may be expressed for HER2 and p53 in men and women. Our case was also HER2 positive [Table/ Fig-3] . A review of literature revealed that between 18% and 58% of the male breast cancers tested positive for P53 [1] .
Mitotic figures were variably present. There was no tumour invasion beyond the cyst wall. The nipple and the surgical resected margins were free from tumour. The tumour cells were immunopositive for the oestrogen receptor and the progesterone receptor. Based on the above findings, a final diagnosis of a noninvasive intracystic papillary carcinoma (grade II) was made. Chemotherapy or radio therapy was not given. The patient had no recurrence of the tumour even after two years of regular follow up.
dISCuSSIon
The incidence of male breast cancer varies by its geographical location. In most of the western countries, male breast cancers account for approximately 1% of the cases of breast carcinoma [1] . It is more frequent in African Americans than in the white Americans. The Japanese have a lower incidence rate as compared to the Chinese, African, Egyptian, and the Jewish populations. These geographic variations may be due to definable factors such as hyperoestrogenism and chronic liver diseases which are secondary to cancers or parasites [3] .
Intracystic papillary carcinoma of the breast is a rare disease entity, which is most commonly encountered in elderly patients with a mean age of 70 years. The prevalence of male breast cancer increases with age [2] . Approximately 15-20% of the male patients with breast cancer have a positive family history [1] . The most common clinical finding in 75-90% of the patients is a painless mass, which is centrally located in 70-90% of the cases. IPC is usually located in the retroareolar or the central area, it arises in the larger, more centrally placed ducts, and the tumour development and its secretion cause the cystic dilatation [4] . Ultrasonography of the IPC lesions typically reveals a hypo-echoic area (which represents the cyst) with soft tissue echoes projecting from the wall of the cyst (intracystic tumour).
The aetiology of male breast cancer remains poorly understood, but an imbalance in the oestrogen-testosterone ratio has been definitely implicated. Oestrogen has a profound effect on the male breast tissue and it is able to stimulate the formation of the acini and the true lobules which are identical to those of the female breast [5] . The other aetiological factors include radiation exposure, drugs, head trauma (by increasing the prolactin production), local chest trauma, and smoking [1, 3] . An elevated risk has been seen in patients with undescended tests, congenital inguinal hernia, orchidectomy, orchitis, testicular injury and infertility. The other possible risk factors include obesity and cirrhosis, which result in a hyperoestrogenic state [3] . BRCA1 and BRCA2 can cause breast cancer in females, but only a BRCA2 mutation can confer a significant risk in men [1] . Tsuda et al., reported that a loss of heterozygosity on chromosome l6q was a useful marker for intracystic papillary carcinoma, since intraductal papilloma showed no loss of heterozygosity [6] .
The papillary lesions comprise a wide spectrum in terms of their clinical presentation, behaviour, morphologic features and malignant potential. The papillary lesions in the breast have a wide spectrum of lesions that include benign papilloma, the papillary variants of Ductal Carcinoma In Situ (DCIS), and invasive papillary carcinoma. Traditionally, IPC was considered to be a variant of DCIS. Recent studies have suggested that IPC should be considered as a low risk invasive carcinoma [2] . Kraus and Neubecker established criteria to distinguish the benign papillomas from the papillary carcinomas [7] . Subsequently, the papillary carcinomas can be divided into the invasive and the noninvasive types. The Solorzano et al., suggested that the standard treatment of IPC should be based on the associated pathology [10] . There is no definite guideline for the treatment of IPC, however, a radical surgical excision with a clear resection margin is the important mainstay of the treatment. Mastectomy is usually unessential, unless it is required, because IPC has an excellent prognosis, a low local recurrence, and a rare distant metastasis [9] . Anyway's long-term follow-up is necessary after the surgical treatment. There has been no clear indication for an adjuvant endocrine therapy, even among the patients with oestrogen-receptor-positive tumours. Lefkowitz et al., reported a 10-year disease-free survival rate of 91% [4] .
ConCluSIon
To conclude, invasive papillary breast carcinoma of males remains an uncommon disease. A triple assessment (i.e. a clinical examination and a radiological and a histological assessment) with a high level of clinical suspicion is necessary to diagnose intracystic papillary carcinoma in men, due to its rarity. Furthermore, genetic testing and risk-reducing mastectomy should also be considered in the cases with a strong family history for male breast cancer. Much research is needed to characterize further, the molecular and the biological properties of male breast carcinomas and their prognostic significance, so as to devise optimal treatment strategies.
